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XbIly peten —
pa3pylwuTenbHan 6onesHb, 0XsaTbiBaloLWan BCe chepbl XMU3HU U
nMuIaloWan Hagexa Ha byayulee

Oxunagaemasa Npoao KUTENbHOCTb XMU3HU Ana pebeHka mnaagwe 14 ner c TepmmnHanbHow ctaamen XbI (B
CLWA) — 21,7 net Ha guanuze 1 57,8 net ¢ NnoYe4HbIM TPAHCNAAHTATOM NpU CpeaHeN NPOAOKNTE/IbHOCTU
}KU3HW B nonynauumn 72,4 roaa’

20-neTHAA BbIXKMBaemocTb geten Ha 3T — 83%;
76% vy neten < 1 roaa;
81% vy peten 2-5 ner;
85% vy neten 6 — 18 ner.
OcHoBHble nNpuynHbl cmepTn Ha 3MT: cepaevHo-cocyanctaa natonormsa (30%) n nupexkumm (20%)

JleTanbHOCTb Ha 1-m roay nocne TpaHcnaaHTaumm B 15 pas Bbiwe, Yem y B HOPMa/IbHOM NONYyASUUN Y
noapocTtkos 16-21 net 1 B 130 pa3 Bbiwe y aeten 0-4 net Ha MOMEHT TPAHCNAAHTaUUM

3N10KayeCcTBEHHble HOBOOOpPa30BaHUA NpUUYMHa cmepTn y 14% nocne TpaHcnaaHTaumm, y 60NbLLIMHCTBA
cnycta 6onee 10 net

'S.L. Furtha, M. Moxey-Mimsb, R. Ruebnerc. Chronic Kidney Disease in Children in “Chronic Renal Disease”, Second Edition. 2020
https://doi.orq/10.1016/B978-0-12-815876-0.00075-9
2Chesnaye NC, van Stralen KJ, Bonthuis M, et al. Survival in children requiring chronic renal replacement therapy. Pediatric Nephrol 2018;33:585-594.
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OcnoxHeHUA (npoasaeHusa) XxpoHUYecko bonesHu noyek
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O.M. Akchurin. Chronic Kidney Disease and Dietary Measures to Improve Outcomes. Pediatr Clin N Am 66 (2019) 247-267. https.//doi.org/10.1016/j.pcl.2018.09.007



anuaemunonorua Xbll B AeTckom Bo3pacTte

v McTUHHanA yactoTta XBIN B AeTckom BO3pacTe He U3BeCcTHa, MoKeT gocturatb 1% B
AeTcKol nonynauum?

v'B pa3/IMYHbIX CTPaHax BapbupyeT oT 2 Ao 16 Ha MAH. AeTCKOro HaceneHua/rop,
v'yacTb geteit octaetca 6e3 AnarHosa 40 B3POC/AOro BO3pacTa

v' 10 AaHHbIM HaLMOHaNbHbIX PErMCTPOB: YacToTa AeTel, Hyskaatowmxca 8 3MT ot 9-10
HOBbIX C/1y4aeB HAa MJIH. AATCKOTo HaceneHua B rog, (Beannkobputanma, ABctpanus u
Hosas 3enaHaus) ao 15 - 8 CLUA

v'B Poccuiickoit ®epepauun: Ha I - 6,06 naumeHToB/MIH.AETCKOro HaceneHua, ana M —
5,0 naumMeHToB/M/H., ANA TPAHCNAAHTaLMKM NoYkn — 9,13 naumeHTta/mnH. B 2015r. Bcero
626 peten B PO nonyyanu neyeHue 3T (gnanns+tpaHcnaaHTaumsa), yto coctasnasno 20,2
Ha 1 MAIH. AETCKOro HaceneHus®.

"Chesnaye NC, van Stralen KJ, Bonthuis M, et al. Survival in children requiring chronic renal replacement therapy. Pediatric Nephrol 2018;33:585-594.

2TomunuHa H.A., AHdpyces A.M., Mepeaydosa H.I., LLiuHkapes M.b. 3amecmumenbHAs mepanua MepMuHaaLHOU XpoHuYeckoli nouye4yHol HedocmamovyHocmu 8 Pocculickoli pedepayuu 8 2010-2015 ze.
Omuem no daHHbIM Obuwepocculickoeo Pecucmpa 3amecmumersHoli noyevyHol mepanuu Pocculicko2o duanuszHozo obujecmea. Yacme nepsas. «Hegpponoaus u Juanusz» Ned, mom 19, 2017 e.

30. Soylemezoglu, A. Duzova, F.Yalgcinkaya et al. Chronic renal disease in children aged 5-18 years: a population-based survey in Turkey, the CREDIT-C study. Nephrol Dial Transplant (2012) 27 (Supple 3)



[Mpn4nHbI TepMUHaANbHOU cTaanmn Xbl1 B AeTCKOM
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. CAKUT

Age (Years)

. Cystic/Hereditary/Congenital

13-17

. Other causes

MepBuyHble NH:

* [nomepynoHedput

* OCIC

*  MembpaHo3Has HedpponaTua
* MMMH

* lg A-HedponaTua

 bIrH
BToquHble MH:
* CKB

e [YC

*  Backynutbl
CACUT (BAPMC)

*  O6CTPYyKTMBHbIE YpONnaTUK

* Tunonnasuu/gucnnasum

*  XpoHWU4YecKni nnenoHedpwur,
pedntokc-HepponaTma

KMCTO3HbIe/ BpOXAeHHble/

HacneacTBeHHble 3a6on1eBaHUA

*  [oNnKMCTO3 (BOMUHAHTHbIMN,
peueccMBHbIN)

*  MegynnapHasa KUCTO3HaA
6onesHb, HeppoHOPTU3

* HacneacTtBeHHbIN HePPUT, C-M
AnbnopTa

*  UwuctmnHos

*  [lepBWUYHbIN OKCaNo3

*  BporgeHHbin HC




[TPpUYnHBbI TepMUHANBLHOU cTaamun XBIy aeTten
[I'KB cB. Bhagnmupa (N=241), 2011-2022 r
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BropuyHbie NH
" (Backynutbi, CKB)

3%
Fia 1%
HacnepacreeHHble :
3abonesaHusn TMA
23% (rYC/Aryc)
8%
BAPMC

55%

NepBuuHbie N (n=24):

BropuuHbie NH:

TpOMGOTM‘-IECKaFl MUKpPOaHrmonaTtua

KuctosHblie/BpoxaeHHble/
HacneacTBeHHble 3abonesaHusa (n=56)

nomepynoHepput

®CIrc

MembpaHo3Has HepponaTua
MIIH, Ig A-HedponaTtua
BMNrH

CKB, Backynutbl (n=4)

'YC/ATYC (n=18)

BAPMC (n=132)
O6CTPYKTUBHbIE YponaTum
MmMnonnasun/aucnnasum

Xp. nuenoHedput, pedatokc-
HedponaTua

MoNMKKCTO3 (AOMUHAHTHbIN,
peueccusHblin) (n=9)
HedpoHodpTn3s (n=1)
HacnencTtBeHHbI HeppUT, c-M
AnbnopTa (n=5)

LinctnHo3s (n=1)

MepBUYHbIN OKcanos (n=4)
Bpoxa./vHe. HC (n=17)
HOeHunc-Opaw cuHapom (n=10)
Cunapom LLnmke (n=6)




OXnaaemas npoaoKUTENBHOCTb XU3HM (B rogax) naumMeHToB €
TepMUHanbHou ctaanen XbIN B 3aBUCUMOCTU OT CTapTOBOM moaanbHocTy 3T

(no paHHbIM USRDS, 2017)
Dialysis Transplant General
Age Group Patients Patients Population
0-4 23.6 56.9 77.1
5-9 24.3 56.3 72.3
10-13 24.1 52.2 67.8
14-17 20.9 48.8 63.9
18-21 17.7 45.2 60.0
22-29 16.0 420 54.2

Data from: US Renal Data System. 2017 USRDS Annual Data Report: Epidemiol-
ogy of Kidney Disease in the United States. Bethesda, MD: National Institutes
of Health, National Institute of Diabetes and Digestive Kidney Diseases; 2017.

Pamela D. Winterberg, Rouba Garro. 37 - Kidney Transplantation in Children. Kidney Transplantation - Principles and Practice (Eighth Edition), Elsevier, 20189.



Korga HacTynaet Bpems 41 TPaHCNAaHTaLUUM NOYKN?

* TpaHcnnaHTauua paccmaTtpusaeTcs, Korga 3MNT HensbexHa!

* BO/ILWWMHCTBO NeanaTpmuUYecKnx LeHTPoB NPOBOAAT TPAHCN/IAHTALUIO MPU YC/I0BUMK
NOCTUKeHns pebeHkom maccbl Tena 10-15 Kr. PebeHok ¢ TXBIM aocturaet maccbl 10 Kr
4acTo B BO3pacTe crtapuwe 2-3x net!

¢ BpEMFI Ha ANaJTU3E Nepes, TpchnnaHTaumeﬁ ABNAETCA (I)aKTOpOM PUNCKa CHUXKEHUA
BbIAKUBAEMOCTU TPAHCIMNJ/1AaHTATA

* YBe/inyeHne BpeMeHU }Kn3Hn pebeHka c TXbIT HepeaKo conpoBOXKAaeTCcA HapyLLIEeHMEM
ero pa3BuUTUA, Kak PU3NYECKOro, TaK U UHTENJIEKTYA/IbHOrO, YTO NPUBOAUT K TPYAHOCTAM B
obyyeHnn

* KDIGO 2020: 1.4.2. Mbi peKkomeHAayeM NpeeMnTUBHYIO TPAHCMAQHTaUuMIO (OT XKMBOTO UK
ymepLuero goHopa) y getei, korga pCKd< 15 mna/mun/1,73m2 nnu paHee, ecnv MMmeroTcs
cumnTomsl (1D)'.

"DIGO Clinical Practice Guideline on the Evaluation and Management of Candidates for Kidney Transplantation, 2020



[TpOTUBONOKa3aHWsA K TPAHCN/IAHTaLMM MOYKHK

3/10KayecTBeHHOe HoBoobpa3oBaHue (HeneyeHHoe). TpaHcnAaHTaALMA MOKET bbiTb
BbIMOJIHEHA MOC/e sieyeHusa n 6espeunamBHOro nepnoga He meHee 24 mecsues.

AKTUBHAA NN HeneyeHHas VIH(I)EKLI,MFI

Tarkenoe nporpeccupytoulee 3aboneBaHme ¢ HebnaronpUATHLIM NPOrHO30M (H-p:
TPaBMa roJIOBHOrO MO3ra, NOJIMOPraHHaaA HeJoCTaTOYHOCTb)

M3OI'IVIpOBaHHaFI 3d4€EPHKKA MEHTAJ/IbHOIO pPa3BUTNA HE ABNAETCA MPOTUBOMOKaA3aHNEM,
T.K. nocine TpaHcnaaHTaunn KOrHUTUBHbLIE ¢yHKLI,l/Il/I YAyydwakoTCA

Y peten ¢ TAKenom HeBPOOrMYeCKON ANCPYHKLMEN HYKHO YYNUTbIBATb BO3MOMKHOCTb
NnoTEHUWANbHOW peabuamtaymm n camoobcnyKMBaHuA, A0/IHKHO NPUHUMATBLCA BO
BHMMaHMUE }KenaHne poauTtenen.

B TO ke BpeMA, HecTabunbHaa cemenHas CUTYyauunuda n oTCcyTctBmne NpmBeEPHKEHHOCTU K
NnevyeHnro MOryT oTCpoOYnNTb TPaAHCMN/1IaHTAUNIO



[peaTpaHcniaHTaLMOHHAA NOArOTOBKa

KoppeKkuunsa nposasieHuu
TXbI

KoppeKuua yponornyeckmx
HapyLweHUuU

KoHTponb nHpekumnmn

KoppeKkuua HeBponormyeckumx
HapyLwweHUi, NCMX03MOLMOHA/IBHOTO OLI,EHKa remocrtasa
cTartyca

s |
~

. Mpusepwensocru peSenauero

poautTeneun K MEAMKaMEHTO3HOM Tepanu



[peaTpaHcnNIaHTaLMOHHAA OLLeHKa ocnoxHeHun TXBI y neten

KapavnosackynapHana 6onesHb:

* ApTepuasbHas rmnepTeH3na AoaKHa ObiTb KOPPUTMPOBAHA: PUCK
VTAXKENEeHUA TMNepTeH3MM NOC/ae TPaHCNAAHTAUMKM (3N10Ka4YeCcTBEHHasn
Al, BONtoMUYeCcKaa Harpyska, KOpTUKOCTepougHaAa Tepanus,
MHIMOUTOPbI KaJIbLUMHEBPUHA)

* bunatepanbHaa HePPIKTOMUA BbINOSHAETCA NPU pedpaKTeEPHOMU K
MeaAnKaMeHTO3HOU Tepanumn Al

* 1o TpaHCN/IaHTAUUN HEOBXOAMMO OLEHUTL QYHKLUIO cepaLa ana
MAEHTUPUKALMM HAaPYLLEHNIN COKPATUTENIbHOM cnocobHOCTH
MMOKapAa U CHUXKEHUA cepaevyHoro Bbibpoca (HeratTmBHoe BANAHUE HA
$YHKUMIO TPaHCN/1aHTaTa)



[peaTpaHcnaaHTaUMOHHAA oueHKa ocnoxKHeHnn TXBI y aeteun

No4yeuHana ocreogucrTpodus:

* Ba)KHO: arpeccuBHOe ie4eHne BTOPUYHOrO rmnepnapaTmpeosa, NoYyeyHou
ocTeoancTpodmnmn, aauHammyeckom 6onesHmn KoctTu aHasoramum BuTamuHa [,
KanbUMMUMETUKAMM ANA ONTUMU3ALIMKN POCTa pebeHKa 1 KoppeKunm
aHeMWN A0 TPAHCNNaHTALUMN NOYKMN.

* Bbipa*KeHHbIX rMnepnapaTMpeos nNocsae TPaHCN/IaHTaUMM MOXET NPUBECTU K
rmunepkanbunemumn n/mnm rmnopocdaremmm

* KaHanaaT AnAa TpaHcnaaHTaunm novyku ¢ Xbl1 5 cT. gonXKeH nmeTtb YpOBEHb
NTr 200 — 300 nr/mn unu B 2-3 pasa Bbiwe Hopmbl (KDIGO)

* TpaHcnAaHTaAUUA MOXKET ObITb YCMELWHO BbINOAHEHA U Npu 6onee BbICOKUX
nokasatenax MNTI npu HagnexKalwem KOHTpo1e YPOBHEN Kanbuna n pocdopa



[MpeaTpaHcnAaHTaUMOHHAA oueHKa ocnoxKHeHun TXbI y neten

MuTaHue m pocr:

* Ba*KHO: HapyLweHne HYTPUTUBHOIO CTaTyca MU POCTa XapaKTEPHO ANA AeTeu
paHHero so3pacta ¢ TXbI1

* [locTnxkeHme maccbl Tena 10-15 Kr o TpaHcnAaHTaUMKU Y MasieHbKOTo pebeHKa
npoucxoamT He paHee 2-3 net!

* BaxKHO: manobenkoBas aneta He cnocobCcTBYET TOPMOXKEHUIO NPOrpeccnpoBaHms
XBIy neten, HO MOXET OTPULATE/IbHO BAUATL Ha Pa3BUTUE (3a0epicKa pocma,
degpuyum maccel mesa, oucmpoguyecKkue usMmeHeHU BHYMpeHHUX 0p2aHO8,
2pybbie HapyweHuUs onopHo-08u2amesibHO20 annapama)

e [1nAa onTMMM3aLUMKM MUTAHUA M POCTa Y AETEN paHHEro Bo3pacTa A0
TPaHCNAQHTALMK MOYKN PEKOMEHAYETCA YCTaHOBKA racTpocTombl. ocne
TPaHCNAQHTALMKU racTPOCTOMA NO3BO/IAET COON0AATL PEHKMM MEANKAMEHTO3HOM

Tepanuu n afgeKBaTHOM rmapaTaLum



[MpnYnHbI HapyLLeHUA NUTaHMA Y 6onbHbIX TXBI

U3meHeHHue 5
nu3oAabl
BKYCOBbIX A
o e ronogaHuva: ra P
Lyt cencuc,
Xupypruyeckue
npoueaypbl
Heobxoammoctb
npuema
6onbLioro AHoOpeKcuA (‘ — - —> PBOTa
Konunyecrsa
MeAUKAMEHTOB
Tu,moxm-los: 3amepnieHHoOe
nentuH, TNF-o, OMOpPOXKHEHUe
MpegnouTteHue IL-1un-6 > Kenyaka:
” rmnoranamyc — CHUXXeHue
BOoAbl Yy AeTeun ¢
y/ HapyleHue KAnpeHca
UMV YyyBCTBa roso04a u noannenTUAHbIX

HacCblleHHnA ropmoHoOB



[peaTpaHcnNIaHTaLMOHHAA OLLeHKa ocnoxHeHun TXBI y neten

HeunssectHaa atmonorna tXbl1:

e [lonkHa bbITb MAEHTUPUUMPOBAHA NnpuiymnHa TXBI ana onpeaeneHms
PUCKa BO3BpaTa 60s1€3HM B TPAHCN/IAHTAT.

* MMpn nopo3peHnn Ha rnomepynoHePpuTt: C3 n C4 KOMNOHEHTbI
KOMNIEMEHTA, aHTUHENTPOPUNIbHbIE LUUTONNA3MaTUHECKUE AT
(AHUA), AT K aycnupanbHon [HK

* Mpwn nopo3peHun Ha 'YC, KaKk npuunHy TXINH, Heobxoammo nposecTu
MOJ1IeKY/IAPHO-reHeTnyeckoe nccnegoBaHMe reHOB CUCTEMDI
KomnaemeHTa (naHenb ATYC)

* Ecnm npuymHa 3aboneBaHmA BpoOKAeHHas, HYXXHO obcnenoBaTtb
POACTBEHHOIO }MBOrO AOHOPA Ha npeameT 3aboneBaHus



MpeaTpaHcniaHTaUMOHHAA OUEHKA MHOEKLUNA

NHbeKunm moyesbix nyten: aetn ¢ BAPMC, NMMP, obcTpyKumnen moyeBoro nysbipsa — puck pas3sutma UMM B
TpaHcniaHTate. AnAa npeaynpexaeHmna NnocTTpaHCN/IaHTaLMOHHOMoO ypocencuca: npeemnTmBHaA
HeppaKTOMUA N arpeccnBHas a/b Tepanusa

LIMB: aetu yauie HeraTusHbl Nno LUMB K momeHTy TpaHcnnaHTaumn. Onpegenenune IgM/IgG k UMB+ MUP
Heobxo4MMOo NPOBOAUTL A0 TPAHCM/IaHTAUUM ANA NNAHUPOBaHUA nocTtonepatuBHon LLMB-npodunaktukm.

BOB: nepBunyHaa nHdpekumna BIb nocne TpaHcnAaHTALUM NOBbIWAET PUCK Pa3BUTKUSA
NOCTTPAHCMAAHTAaUMOHHOIo anmdonponndpepatmBHoro 3aboneBanHms.

fenatuTbl B n C: nepen TpaHCNNaHTaUMeEN AeTU A0/KHbI ObiTb 06C1eg0BaHbl ANA UCKAKOYEHUNA aKTUBHOM
NHPEKLNU

Tybepkynes: Peakums MaHTy/AamMackmMH-TecT/KBaHTUdEPOHOBDIN TecT

BaKkunHauma: nnaHoBaA BaKUMHaLUMA A0/MKHA ObITb 3aBeplleHa A0 TpaHcnaHTaumun. usble BakuuHbl (BLHK,
KOpb, KpacHyxa, NapoTuUT, BETPAHAs Ocna) NpPoTMBOMNOKa3aHbl Y UMMYHOCYNPECCUBHbIX NauMeHToB. Kusble
BaKLMHbI A0NKHbl ObITb BBEAEHbI HE NO3A4HEe, Yem 3a 1-2 mecsua A0 TPaHCN/IaHTauuu. BakunHauusa npotus
andTepun, CTONOHAKA, KOK/OLWa, MHEBMOKOKKOBOW, MEHMHIOKOKKOBOU, remoduabHom nHdpekumm, BMY
A0/1KHA ObITb NpoBeAeHa A0 TPAaHCNNAHTALMUN, T.K. UMMYHOCYNpPEeccna HapyLuaeT UMMYHOIOTMYECKN oTBeT
Ha BaKUMHAUWUIO. BakuMHaUMsa NpOTUBOrpPnno3HOM BaKLUMHOM NPOBOAUTCA 2 pa3a B roa,.



Yponornyeckasn oLeHKa U KOPPEKUUA HapyLLEHNN YPOANHAMUKHU

O6cnepoBaHue: yponormyeckme npobnemol (MMC, npobnemsl |
OMOPOXKHEHMA MOYEBOTO NMy3bIpPs, MEraumMcTnc, MMKPOLMCTUC, |
ypeTpanbHble KnanaHbl, HEMPOreHHbIM MOYeBOM Ny3bipb 1 AP.) f
* Y3U: rngpoHedpos, meraypetep, yTo/aweHne CTEHKU MOYEBOTO :

ny3blpA
e MwuKuMoHHas uuctoypetporpadpua (MLUYT)
* Luncrockonua (no nokasaHUAm) |

* YpoamHammyeckoe uccaeaoBaHme: ANs OLeHKN emKkoctn MI,

KOMMNAaeHca, AaBneHns (pUck passutus pedtoKca B TPAHCNNAHTAT),
Ha/IM4YMs OCTAaTOYHOMN MOYU

Koppekuus:

* JleueHne HOAMII: nepmnoanyeckan Katetepmsauma v |
aHTUXONMHIPruyeckas Tepanmna (OKCUBYTUHUH)

* AbnAumA ypeTpanbHbIX KNanaHOB, NAACTUKA YPETPbI, ]
anneHankose3smkoctomua (no MutpodaHodd)

* MHbeKuumn JlaHToKca (6oTyNIMHUYECKNIM TOKCUH TUna A) B AeTpy30p

* AyrmeHTauuMa MOYEBOTro My3bipA CErMEHTOM KULWKK (TONCTOM nnu ‘
TOHKOMN) |

» KoppeKkuusa aoxkHa bbiTb NpoBeaeHa 3a 3-6 mecALeB A0
TPaHCNNaHTaUUM

!
]
/]
|
.




[ToKa3aHuA K npeaTpaHCnAaHTaULMOHHOM HAaTUBHOM HEDPIKTOMUM

( 10 — 20% neanaTpuyecKknx naumMeHToB HYKAatTCA B HATUBHOW [
HeppP3KTOMMNM Nepea TPaHCNAAHTALMEN NOYKHN

BbipaXKeHHaA NPOTENHYPUA, HEKOHTPOIMPYEMAA MeANKaMEHTaMM

HedyHKUNOHUPYIOLLME MOYKU C CUMNTOMATUYECKMM HedPOKanbLMHO30OM/HEPPOIUTUA3OM
MNepcuctnpyrowme antnu-rM AT

HekoHTponnpyemas apTepuanbHan runepteHsns

MMP BbicoKoM cTeneHu ¢ peunaunsupytowern UMM B HEPYHKLMOHUPYIOWLMX MOYKaAX

MONNKNCTO3HbIE MNOYKM C TAXKENBIMU, PELUANBUPYIOLLMMU OCNOKHEHUAMMU (KOHKPEMEHTDI,
KpoBoTeyeHue n/mnm nidpexkummn)

YBenInyeHHble NOIMKUCTO3HbIE MNOYKM YAANSATCA C LEebio aKKOMOAaLUMM TpaHCcnaHTaTa
3/10Ka4ecTBeHHble HOBOOOPa3oBaHMA/NpPeapacnoNOKEHHOCTb K UX Pas3BUTUIO (onyxonb Bunbmca,

NeHunc-Apalw cMHapom)

B. Palmer, B Kropp. Urol Clin N Am 45 (2018) 561-569



KoppeKumsa HEBPOAOTMYECKUX HApYLLEHWN

* OKono 20% peteun ¢ TXBIN nepeHocAT cyaopOXHble NPUCTYNbI, CBA3aHHbIE
apTepmnanbHON TMNEPTEH3NEN

* OKono 5% peten Hy»KAQtoTCA B 1I€4EHMU aHTUKOHBY/1IbCAaHTaMM Noce
TPaHCNAAHTALMKU, YTO HYXKHO YYMTbIBATb NPU NPOBEAEHUN NUMMYHOCYNPECCUBHOWM
Tepanuu

* [leTn paHHero Bo3pacTa ¢ TXbl1 UMeloT 3HaYMMYI0 3a4ePXKKY NCUXOMOTOPHOrO
PA3BUTKA, CBA3AHHYIO C ypemmen. [pun oTCyTCTBUMN CTPYKTYPHOM NAaTONOMUM
F0JIOBHOIO MO3ra, UX NCUXOMOTOPHOE Pa3BUTUE HOPMAIN3YeTCA noce
TPaHCN/1AHTAUUN MOYKN

* leTn, Hy*Kaatowueca B Ananmse Ha 1-m roay *n3HuM 4acTto MMetoT
HEeBPONOrMYECKYO NAaTO/IOTUIO, CBA3AHHYIO C HEJJOHOLIEHHOCTbIO UK
rMMNOKCUYECKU-UNLLEMUNYECKMM NOBPEXKAEHMEM rOI0BHOrO Mo3ra. B atom cnyyae
HY»KHO MPUHMMATb BO BHUMAHME BO3MOXKHOCTb peabmnamntaumm n xenaHume
poauTenen NnpPoBoOAUTb ANANIN3 MW TPAHCNIAHTALUMUIO.



[lpeATpaHCcN/1aHTaUMOHHAA OLUeHKa remocTtasa

* [oTepa TpaHcnaaHTaTa BCAeACTBME |
Tpombo3a ocnoxHaeT go 11,6%2

1 1 Inherited predisposition D 0 O o0 &5
TPaHCM/1IaHTAUUN MOYKN Y AETEU + Factor V Leiden i'.’aa “ @nﬂ * Older age
| ¢ Prothrombin 6202104 @Q@ ® Q » Active cancer
. «  MTHFR C677T + Pregnancy
* ¢aKTOpr PUCKa: pelunnmUeHT (,EI,OHOp) « Deficiency of protein C and S -:' %3 « Estrogen use
<5 net, 3MNT-NA, aanuTensHas RE E:t?u?rg::ﬁﬁ. ﬂ'gency
xonoposasa nwemusa (> 24 y), LIBK, hypercoagulability of blood

Bblpa*KeHHasA NPoTenHypus,
rMNepPromoumcTenHeMMS,

Tpombodpunua, APC i )
P 4 Virchow's triad

* OueHKa KoarynauuoHHOro cratyca:
MHO, NTU, TpombuHOBOE Bpems, [
dnbpuHoreH, aHTUTPOMOUH I,
npotenHobl C 1 S, myTaumnm paktopos
Il nV, mytauma MTHFR, /11 (a), I

endothelial dysfunction disturbance of hemodynamics
KO/INYecTBO TPoMbOLNTOB, |- Sumgery ~ PP +  Long-time travel
aHTndochonmnnugHoie AT, « Trauma + Hospitalization
+  Fracture + paralysis

aHTMKapAanonunuHossble AT, 2- I
MMKonNpoTenH-1

"Wu T, Tang L, V, Hu Y: Venous Thromboembolism in Kidney Diseases and Genetic Predisposition. Kidney Dis 2022.
2M.E.Bock, A.E.Bobrowski, R.Bhat. Utiliti of thrombophilia screening in pediatric renal transplant recipients. Pediatric Transplantation 2018.



cxoapl neyenmns aeten ¢ TXBI 8 pesynbtaTte NYC/ATYC u apyrux

NPUYUH
OIrKB cB. Bnagumupa (N=241), 2011-2022 r

B XBMN (n=223)
m ['YC/ATYC (n=18)
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[lpeaTpaHCcNAaHTaUMOHHAA oueHKa NauneHTa c AlYC

Bce naumeHTbl ¢ ATYC, y KoTopbix chdopmmposanacb TXMNb
— NoTeHUMaNbHble KaHAMAATbl ANA TPAHCNAHTaUUK
NOYKMN.

Y Bcex NoTeHUMaIbHbIX KAHAMAATOB A/19 NOCTAHOBKMU B

| JICT OXKnAaHNA HeobxoaAMMO OLLEHUTb PUCK PeunamnBa
Al'YC nocne TpaHCnAaHTaUMmM n onpenenunTtb

MHONBNAYANbHYIO CTPATErnO0 Ha3HAYEeHUA IKYIM3ymaba

i



BKkntoyeHme B UCT OXXKMAaaHUA NnaumeHTa ¢ TXbl1 Bcneacrteue AlyC

PekomeHayeTcsa neyeHue sKynM3ymabom He meHee 6 mecaueB A1
OLLeHKW HeobpaTMMOCTMN NoBPEXKAEHUA noyek'.

3.2.2. TpaHCNAaHTaAUUA MOYKU MOXKET BbINONHATLCA NaUMEeHTaMm C
al'YC, pocturwmm XbI1 5 ctagnn, He meroWMM KANHUYECKUX
NposiBAEeHUMN 3KCcTpapeHanbHou TMA, He paHee yem yepe3 12 mec.
nocne Hayana gnanusa (remogmanus n ap).>

Bcem naumeHTam c TXBI Bcneactaue IN'YC, nepen BrkAtOYEHMEM B INCT OXKMAQHWUA,
Heobxo4MMo NPOBECTU MOJIEKYIAPHO-TeHEeTUYECKOEe UccieaoBaHme (naHenb
Ar'YC)

" Figueiredo A. C. et al. .Port J Nephrol Hypert. — 2021
2 KnuHuyeckue pekomeHOayuu: «[emoaumuKko-ypemuyeckuli cuHopom», 2022



OueHKa XX1UBOoro poaCcTBeHHOro AOHOPa Npw TPaHCNAaHTaUMK
naumeHTy c Al'YC

NpoTnBonokasaHuA:

* PoactBeHHbIM AOHOP, €CIN MYTaLUUA Y PpeununmeHTa He
NAeHTUPULUMPOBAHA NN C HEN3BECTHLIM KAINMHUYECKMM 3HAYEHUEM

°* Echmy poaACTBEHHOTO AOHOPA BbiAB/1IeHA TaKaA e MyTaumna, Kak n'y
peununmeHTa

* Echany peumnueHTa obHapyKunBaoTCA AOHOP-cNeunduyHble aHTUTENA

Figueiredo A. C. et al. .Port J Nephrol Hypert. — 2021



Puck pa3sutua peumgmsa AlI'YC nocne TpaHCNAQHTAUMM NOYKU

Puck peungusa Kputepuu

BbIiCOKUW pUCK Peunans AI'YC B npeabiayuiem no4yeyHomM TpaHCMN/aHTaTe

[laToreHHble BapuaHTbl CFH, C3 nnun CFB

Monnmopdunsmbl pucka CFHR1-5

YMepeHHbIN PUCK [laToreHHble BapuaHTbl CFl

Hannyme aHTU-FH aHTUTEN

OTCyTCTBME reHETUYECKUX USMEHEHUIN UM BbiABAEHNE MYTaLMMN C
HEeACHbIM KIMHUYECKUM 3HaYEHMNEM

Huskun puck N3onnposBaHHble natoreHHble BapnaHTbl MCP 1 DGKE

YcToMumMBo oTpuLaTenbHblie aHTU-FH aHTUTENna B OTCYTCTBUM ApYTUX
reHeTUYeCKMX U3MEHEHMIN CUCTEMbI KOMMJIEMEHTA

Figueiredo A. C. et al. .Port J Nephrol Hypert. — 2021



KomnaemMeHT-aKTUBUPYIOLLME COCTOAHMA B
nepuTpaHcnAaHTaUMOHHOM nepuoae - GaKkTopbl
3HA0TENINANIbHOrO NMOBPEXKAEHUA

* CmepTb MO3ra oOpraHHoro AoHopa

* Taxenoe nwemunyeckn-penepdy3noHHOE NOBpEKAEHUE TPAHCMNAHTATA

* BbICOKME KOHUEHTPAaLUMM B KPOBU PeLUNUEHTA MHTMOUTOPOB KabUMHENPUHA
(umMKNocnopuH A, TaKpoaMMycC)

* OcTpoe OTTOp)XeHUe TpaHcnnaHTaTa (rymopanbHoe!)

* BupycHblie MHPpeKuun (repnecsmpycHble MHPeKumu, rpunn, napsosupyc 19, BKV-nHdbekuus,

NHPEKLUMNOHHbIE FaCTPOIHTEPUTLI U AP.)



PekomeHaauumn no NnpuMeHeHuto akyamsymaba npu
TPpaHCNNAHTaAUUU NOYKU Y NAUUNEHTOB BbICOKOIO 1 CpeaHEro
pucka peunausa Al'YC
* 33 24 yaca g0 TpaHCNAAHTALUMM MOYKM (}KMBOM AOHOP) UK Cpa3y MOCNe
TpaHcnaaHTauuun (ymepwmin goHop) — 900 mr B/B
* 7,14 n 21 aHM nocne TpaHcnAaHTauumM novykm — 900 mr B/B
* Kaxable 2 Heaenu, HaumHaa ¢ 5-n Hegenn — 1200 mr B/B
baokana komnaemeHTa aocturHyta, ecam CH50 < 10%

KnuHuyeckue pekomeHOayuu: «femoaumukxo-ypemudeckuli cuHopom», 2022



The use of highly individualized complement
blockade revolutionized post-transplant
outcomes and renal epidemiology of aHUS

METHODS

Study 1: transplant outcomes

Adult aHUS patients
- Complement work-up
- Kidney transplantation

after 01/01/2007

‘

126 Kidney transplantations

- Risk stratification

- Tailored eculizumab
prophylaxis

Study 2: population-based

Adult aHUS patients

- Complement work-up

- Alive between 01/01/2007
and 01/01/2016

Renal status owver time in 397
aHUS patients

doi; 10.1681/ASN. 20189040331

Study 1: Post-transplant outcomes
according to risk stratification and

Recurrence-free survival (%)

OUTCOME
Study 2: Changes in the aHUS

sjuaned gnHe pajuejdsues]

eculizumab (Ec.) prophylaxis epidemiology at a nationwide level
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CONCLUSION:

These studies support the use of eculizumab prophylaxis in those for

whom medical history and complement investigations predict a high

and moderate risk of post-transplant recurrence.

JASN



[lpeaTpaHcNNaHTAaUMOHHAA oueHKa nauneHTa ¢ TXbI1,
nepeHecwero «Tunn4HbIn», STEC-NYC

* Obs3aTenbHoOe NpoBeaeHNne MONEKY/IIPHO-TEHETUYECKOro nccaeaoBaHmsa
(mnaHenb ATYC)!

* [pn BbIABNEHNN MYTALMN FTEHOB CUCTEMbI KOMNEMEHTA ANArHOCTUPYETCS
ATYC, TaKTUKa Tepanmm sKyan3ymabom npu TpaHCcnaaHTaUUm
COOTBETCTBYET rpynne pUcKa U 3aBUCUT OT FreHETUYECKUX M3MEHEHUN

* [1pn OTCYTCTBUM BbIABAEHHbIX MyTaLWI, PEKOMeHAayeTcA HadHaYeHue
npodunnakTUYECKOM TepanmMmM 3KYyAn3ymabom Ha 3 mecaua nocne
TPaHCMNAAHTaL MU NOYKU



O6cnenosaHuA, Heobxoaumble nepes NOCTaHOBKOM B
NINCT OXKNAaHUA TPaHCNaHTaLUMK NoYku (1)

OueHKa aHaTOMUYECKUX NapamMeTpoB:

Y3U speMHbIX, NOAKNOYNYHBIX BEH N apTEPU
Y3 abaommnHanbHbIX cocyaoB (aopTa, HUMKHAA Noian BeHa, NoAB30LLHbIE BEHbI)
AHamHe3 aba0MUHANbHbIX XUPYPrMYeCKUX BMELLATeNbCTB

Yponornyeckune npobnembl (MMC, npobnembl ONOPOKHEHMA MOYEBOTO NYy3bIPA, MEraLunucTUuc,
ypeTpanbHble KnanaHbl, HEMPOreHHbIM MOYEBOM NY3blPb)

MLLYT
Llnctockonuma (no nokasaHMAM)
LinctomaHomeTpumaA (Mo NoKasaHMAM)

[MoKa3aHuA K HeppakToMmmu: leHnc-Apaw cMHAPOM, HEKYNUPyemas apTepuanbHas
rmnepTeH3na, HePppPoTUYECKUN CUHAPOM C MacCMBHOM npotenHypuen, MMC,

ypetepornapoHedpos)

B.A. Warady et al. Pediatric dialysis,2021. http://doi.org/10.1007/978-3-03-66861-7 49



ObcnenoBaHUA, HeobxoanMble nepes NOCTaHOBKOM B INCT OXUOAHUA
TpaHCcNAaHTaUUM NoYKm (2)

MHCprMEHTaI'IbHaFl nu na60paTopHaﬂ ANarHOCTUKa.

Nenkouutbl, sputpountbl, ACT, AJIT, ITTI, Kanni, HaTPUN, XA10PMAbI, KanbLUKUN, INOKO3a, KPEaTUHUH, MOYEBMHA

Bupyconorusa: renatutbl A, B, C; BUY; cudunuc; 1IgM/IgG k LUMB; IgM/1gG Kk BIB; 1gG K Bupycy Kopu; 1gG K
BUPYCY annAa. napoTtuTa; IgG K Bupycy KpacHyxu; 1gG k BT

Peakuuna MaHTy/anacknH-tect/KBaHTUHEPOHOBbLINM TecT

AHanIN3 MOYM: MPOTENHYPUA, IMOKO3YpPUA

OdTanbmonormnyeckoe obcnegosaHme

AxoKapaunorpadua, IKI

MCKT opraHoB rpyaHOM KNeTKN 1 BPIOLLIHON NONOCTU C KOHTPACTUPOBAHUEM
MPT ronoBHOro mo3sra ¢ Bu3yanmsaumen cocyaos, 331

BaKumHauua

CtomaTtonornyeckoe obcnegoBaHue

[pynna KpoBU, TPAaHCHY3NOHHbIN aHaMHEe3

HLA-nageHTudmnKauma

HLA-aHTUTEeNna/naHenb-peakTUBHbIE aHTUTENA

B.A. Warady et al. Pediatric dialysis,2021. http://doi.org/10.1007/978-3-03-66861-7_49



ObcnenoBaHus, Heobxoammble nepen NOCTaHOBKOW B INCT
OXNAaHMA TPAHCNaHTaUMU NOYKM (3)

AlononHuTenbHble uccnepoBaHuA:

LucrtatnH C, KpeaTuHKMHa3a, /146

IHpoKpuHonorua: T4-ceoboanbin, TTI, MTI, 25-OH sut. [13, TectoctepoH, actpaanon, OCr,
JIT, HbA1lc

Koarynauma: MHO, NTU, TpomburnHoBoe Bpems, dubpuHoreH, aHTutpombuH lll, npotentsl C
n S, mytaumm ¢paktopos Il n V, mytauma MTHFR, nnnonpoTtenH a

CyTOYHbIN aHANM3 MOYU ANA onpeaeneHnsa KAMpeHca KpeaTUHUHa, Kaabuuypumu, o-1
MWKpPOrobynnHa, KpeatTmHMHa, anbbymmnHa

Y3 opraHoB OptoLLHOMN NONOCTHU
PYHKUMA BHELIHErO AbIXaHUA
CMAL

Ayanometpusa, JIOP-obcnegoBaHme

[MHeKonornyeckoe obcneagosaHue (anA geBoYeK nNocie meHapxe)
B.A. Warady et al. Pediatric dialysis,2021. http://doi.org/10.1007/978-3-03-66861-7 49



bnarogapto 3a BHMaHue!

LleHTp rpaBUTaLNOHHOW
XNPYPIrMn KPOBU
remoamnanmnsa
NI'Kb cs.Bnaanmmnpa A3M
Ten: +7(499)268-74-26
E-mail::22687426@mail.ru
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